Most cases of cerebral lipidoses belong to the group of cerebromacular degenerations which includes the various types of amaurotic idiocy and NiemannPick disease. Classification and understanding of these disease processes have been hampered by lack of adequate criteria for distinguishing between the various diseases. Clinical and pathological data led to classification of cases of amaurotic idiocy in accordance with the age at onset, age at death, and the length of time between onset and death. The same criteria led some authors who studied cases of Niemann-Pick's disease with involvement of the nervous system to describe them as mixed cases of amaurotic idiocy with Niemann-Pick's disease.
Chemical studies have helped to determine the nature of the lipid moiety which was most severely deranged and to use this as a diagnostic criterion; but as most chemical studies were performed on relatively large pieces of tissue, two difficulties arose: 1, In most cases of lipidoses more than one lipid was abnormal in amount; 2, in some cases the 'dilution' of affected cells by normal or secondarily changed, e.g., demyelinated, tissue obscured the findings and the diagnosis.
The 20 November 1961. lipids are deposited in the cells and allowed certain conclusions to be drawn in relation to the classification of these diseases.
MATERIAL AND METHODS
This study is based on formalin-fixed material. The length of fixation varied from over 30 years to a few days. The material was in part derived from this laboratory. Professor F. Feyrter of Vienna (previously from Vienna, Graz, and Goettingen) also sent samples of tissues from various cases, some of which had been previously reported in the literature. Dr. R. M. Norman of Bristol sent samples of tissues from three other cases. Pieces from a brain of another case were given by Dr. S. A. Reif and U. Sandbank from the Assaf Harofe Government Hospital in Israel.
Seven of the cases were of the infantile type of amaurotic idiocy and three were of Niemann-Pick's disease. Three further cases were of other than infantile forms of amaurotic idiocy. One was a case of amaurotic idiocy with visceral involvement described by Norman, Urich, Tingey, and Goodbody (1959) . The second was of late infantile amaurotic idiocy described by Tingey, Norman, Urich, and Beasley (1958) . The third was a case of atypical amaurotic idiocy described by Wolman (1961) .
All histochemical staining procedures were done on frozen sections. The staining procedures employed and the findings in the various cases are summarized in the Table. DISCUSSION The findings of this study as summarized in the Table allow three conclusions to be drawn and these will de discussed separately. lipids and other constituents is deposited in infantile amaurotic idiocy. It is suggested therefore that this disease is not a pure ganglioside storage disease, but a disease in which a complex containing ganglioside and cholesterol (? lipoprotein) is stored in the diseased cells. It is further suggested that the increase in 'non-specific' lipids in the various lipidoses, stressed by Uzman (1958) apparently not in a well-ordered fashion, which allows a polymerization effect of the dye molecules, and it is therefore probable that the non-infantile cases of amaurotic idiocy do not store gangliosides. This conclusion is borne out by chemical analyses (Tingey et al., 1958) .
The cells of the non-infantile cases were found to contain stainable amounts of protein, whereas the amount of protein in the stored material in infantile cases was too small for histochemical detection. Another difference between the material stored in the older cases and that stored in the infantile form was the presence in the older cases of stainable amounts of unsaturated lipids.
These findings indicate that whereas typical infantile amaurotic idiocy is probably a single nosological entity, the atypical forms and the noninfantile cases represent a series of processes which basically differ from the infantile form. As the noninfantile forms differ from the infantile forms (Tay Sachs) in the clinical course, in the age at onset, in .326
